CONTEXT: Homozygous (SS) sickle-cell anemia complicated by acute splenic sequestration in adults is a rare event, and it has never been reported during pregnancy. CASE REPORT: A 25-year-old woman with homozygous (SS) sickle-cell disease was hospitalized at 32 weeks' of gestation presenting weakness, abdominal pain, fever and hemoglobin of 2.4 g/dl. Abnormal fetal heart rate was detected by means of cardiotocography, and 5 units of packed red cells were transfused. Cesarean was performed at 37 weeks. Both mother and baby were discharged in a good general condition.
INTRODUCTION
Acute splenic sequestration is a life-threatening event that generally occurs in children up to six years of age. It is uncommon in adults with homozygous (SS) sickle-cell disease. 1 When a splenic sequestration crisis occurs in an adult with sicklecell disease, the underlying disease is generally sickle hemoglobin C (SC) disease or sickle-beta thalassemia. 2 An acute splenic sequestration crisis is defined as a sudden fall in hemoglobin concentration accompanied by reticulocytosis and rapid enlargement of the spleen. It is particularly dangerous during pregnancy, since it can cause an abrupt reduction in fetal oxygenation. Elective splenectomy can be recommended following the first attack of acute splenic sequestration in adults with sickle-cell anemia because of the potentially lifethreatening nature of the complication and the high risk of recurrence.
However, the procedure is avoided during pregnancy. The low hemoglobin levels during such crises are dangerous to the fetus, since these situations can be complicated by fetal distress and even lead to fetal death. Acute splenic sequestration crises constitute hematological emergencies in pregnant women with sickle-cell disease, and are characterized by worsening anemia and splenomegaly.
We report the case of a patient with homozygous (SS) sickle- 
CASE REPORT
A 25-year-old woman with homozygous (SS) sickle-cell disease was referred to our tertiary center at 32 weeks of gestation, presenting weakness, fever and worsening anemia. The patient consented to our reporting of the case.
Her obstetric history included a previous pregnancy two years earlier, which had been complicated by mild preeclampsia, and in which cesarean delivery had been performed at term. In the first pregnancy, there were no reports of any complication caused by Two packs of red blood cells were immediately transfused.
The fetal heart rate pattern progressively returned to normal and the fetal biophysical profile was normal. Twelve hours after the first blood transfusion, the woman's hemoglobin level was low (4.3 g/dl), and two additional packs of red blood cells were transfused. One day after transfusion, her hemoglobin level was 5.9 g/dl, and one more pack of red blood cells was transfused, thereby increasing her hemoglobin level to 7.4 g/dl.
The patient was kept in hospital. An ultrasound scan showed that fetal growth was normal, and antenatal fetal surveillance examinations were normal. Cesarean delivery was performed at 37 weeks of gestation. The newborn weighed 3,030 grams at birth, and the Apgar scores were 9, 10 and 10 at 1, 5 and 10 minutes. The patient was transfused with two more packs of red blood cells postpartum. Both mother and baby were discharged on the fifth day postpartum, alive and well.
DISCUSSION
An acute splenic sequestration crisis is a type of anemic crisis, characterized by acute enlargement of the spleen secondary that traps a considerable red cell mass. It leads to acute anemia with or without thrombocytopenia. 1 Patients whose spleens
have not yet developed fibrosis are more susceptible to this disorder. The pathogenesis is not well known. The triggering event may be an acute obstruction of the splenic venous flow with sudden enlargement of the organ, which leads to sequestration of red blood cells and platelets. 2 The clinical diagnosis of acute splenic sequestration has been defined as a sudden drop of at least 2 g/dl associated with acute splenomegaly and active erythropoiesis.
Enlargement of the spleen can lead to increased abdominal girth, abdominal and back pain, circulatory collapse, shock and death.
There are few data on acute splenic sequestration in cases of homozygous (SS) sickle-cell anemia during pregnancy or the puerperium (Table 1) Another two cases have been described during the postpartum period. Black et al. 4 reported the case of a 24-year-old woman with sickle-cell hemoglobin C disease who died as a consequence of splenic sequestration on the eleventh day postpartum. Solanki et al. 2 described a 30-year-old woman with sicklecell ß-thalassemia that presented on the second postpartum day; this patient was discharged in a stable condition after transfusion.
The same authors also described two cases during pregnancy, neither of them with homozygous (SS) sickle-cell anemia. The resulting in abnormal fetal heart rate patterns, fetal cerebral vasodilatation and reduced amniotic volume. 4 In the present case, severe acute maternal anemia caused fetal hypoxemia, and fetal heart rate abnormalities that were detected by means of cardiotocography. It is likely that, if the maternal anemia had persisted, fetal cerebral injury could have taken place, or fetal death. The blood transfusion corrected the maternal anemia and improved the fetal condition. Elective splenectomy should be recommended following the first acute splenic sequestration crisis in adults with sickle-cell disease, 6 since the latter is a life-threatening event and is recurrent in 50% of survivors.
CONCLUSION
We reported on a case of acute splenic sequestration during preg- None of them demonstrated homozygous (SS) sickle-cell anemia complicated with acute splenic sequestration during pregnancy Table 1 . Search strategies performed on September 15, 2011, and results from each database doi:10.1590/S1516-31802013000100023
